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A 70-year-old Japanese male with autosomal dominant polycystic kidney disease (AD-PKD) and chronic renal failure presented with abdominal distention. His family history was remarkable for ADPKD in his mother, a brother and a sister. He had been receiving hemodialysis for 10 years and his general health had otherwise been maintained.
Computed tomography (CT) in the axial and coronal views showed both kidneys to have been almost completely replaced by multiple cysts and both occupied considerable space in the abdomen, consistent with ADPKD ( Figure-1) . It was also revealed that the largest cyst, which measured 160 mm in diameter, was located at the lower pole of the right kidney.
Renal transcatheter arterial embolization was performed for both kidneys to achieve volume reduction because abdominal distention usually results from progressive dilatation of renal cysts and is therefore one of the most common symptoms of ADPKD. Transcatheter arterial embolization is standard treatment for ADPKD at our hospital. Needle aspiration of the largest cyst was performed at the same time, and the cytological result was benign (Class II).
Two years later, the patient presented again with progressive abdominal distention and pain.
CT two years after embolization showed that only the largest cyst on the right side was refractory to treatment and had increased in size to 280 mm in diameter, while the other cysts had shrunk (Figure-2) .
Laparotomy was subsequently performed. During exploration of the abdominal cavity, the largest cyst, which was believed to be one of the renal cysts, was identified as being completely separate from the aggregation of other cysts, instead being contiguous with the appendix. We performed an appendectomy together with resection of the largest cyst and right nephrectomy. Histological examination demonstrated mucinous cystadenoma of the appendix. The postoperative course was uneventful. The patient has been closely followed up for one year without relapse.
Mucinous cystadenoma is accounting for more than half of appendiceal mucoceles, cystic neoplasms characterized by distension of the appendiceal lumen with mucus. As histolgical subtypes, appendiceal mucoceles also include retention cysts, mucosal hyperplasia, and cystadenocarcinoma (1-4) .
CT scan or other imaging studies can lead to a presumptive diagnosis of an appendiceal mucocele. However, the differential diagnosis can be challenging and should include cysts of other origins, especially, as in our case, when CT scan or ultrasonography is controversial, but fails to demonstrate the continuity of the lesion with the cecum (5,6).
To our knowledge, this is one of the largest reported cases of mucinous cystadenoma of the appendix and also the first case associated with ADPKD. There is a case of appendiceal mucinous cystadenoma of the same size as this case, which caused bilateral hydronephrosis and renal failure (7) . There are several other reports of mucinous cystadenoma of the appendix misdiagnosed as a cyst of another origin, such as liver cyst, renal cyst and right adnexal cyst (8) (9) (10) (11) (12) . This case demonstrates that mucinous cystadenoma of the appendix and other cystic lesions should be considered in the differential diagnosis of ADPKD. 
